Thrombotic thrombocytopenic purpura and haemolytic uraemic syndrome are two closely related syndromes, in which thrombocytopenia, microangiopathic haemolytic anaemia, fever, and renal impairment are common features.' Many authors suggest that these two syndromes actually represent a range of illness with the same basic disease process. 2 Fluctuating neurologic signs are more often observed in thrombotic thrombocytopenic purpura; haemolytic uraemic syndrome is a process mainly affecting the kidneys. Haemolytic uraemic syndrome usually affects children younger than 8 years of age, while thrombotic thrombocytopenic purpura is rare in childhood. 2 topenic purpura was made. Considering the benign nature of his disease in the past, no treatment was started; the last (fourth) episode was short and self limiting. The platelet count, the concentration of lactate dehydrogenase, and the peripheral blood morphology returned to normal within a few days, and the patient was discharged well.
Case 3. The 5 year old brother of cases 1 and 2 was hospitalised at the age of 18 months because of lethargy, anorexia, and jaundice nine days after receiving measles vaccination. Microangiopathic haemolytic anaemia, severe thrombocytopenia, and microscopic haematuria with mild proteinuria was found (table) . The diagnosis of haemolytic uraemic syndrome was suspected and he received a blood transfusion. His clinical and laboratory condition improved but his laboratory test results returned to normal only six months later. Three additional episodes of the disease were at ages 2, 31/2, and 5 years. The patient was admitted with fever, microangiopathic haemolytic anaemia, thrombocytopenia, macroscopic haematuria, mild azotaemia, and proteinuria of 2-5-3 g/24 hours. Haemolytic uraemic syndrome was diagnosed. Steroids and blood transfusion were given and there was a rapid improvement. Between the episodes of the disease the patient was healthy, with normal full blood count, and normal urinalysis.
Discussion
Familial occurrence of haemolytic uraemic syndrome is well known.3 Less frequent is the occurrence of thrombotic thrombocytopenic purpura in families. There are only five such case reports in the literature.48 Although recently similar pathogenic mechanisms have been suggested for both disorders,9 there is only one report of the occurrence of haemolytic uraemic syndrome and thrombotic thrombocytopenic purpura in the same family.'"
The cases described here represent the chronic fatal variant of thrombotic thrombocytopenic purpura with dramatic neurological manifestation (case 1), a chronic relapsing variant with no renal disease and only neurological manifestation (case 2), and haemolytic uraemic syndrome (case 3).
Enhanced platelet aggregation plays a major part in the pathogenesis of both thrombotic thrombocytopenic purpura and haemolytic uraemic syndrome.
It is possible that some families have predisposition for enhanced platelet aggregation, and that some environmental factor triggers the onset or the relapse of the disease. Such predisposition could result from the deficiency of prostacyclin or any other natural inhibitor of platelet aggregation in the plasma.9
The three cases described support the hypothesis that haemolytic uraemic syndrome and thrombotic thrombocytopenic purpura are actually two variants of the same disease with the same pathogenesis. Such a hypothesis would explain the fact that some cases may present a 'border line' picture between thrombotic thrombocytopenic purpura and haemolytic uraemic syndrome, as was the case in our third patient.
The recent recognition of mild forms of thrombotic thrombocytopenic purpura may result in a change in the diagnostic criteria for the disease. Indeed even in the series of Ridolfi and Bell only 74% of the patients had the classical triad and only 4O°0% had the entire pentad.' We suggest that the combination of thrombocytopenia and Coombs' negative microangiopathic haemolytic anaemia in patients with a family history of thrombotic thrombocytopenic purpura or haemolytic uraemic syndrome should seriously raise the suspicion of a mild form of thrombotic thrombocytopenic purpura (or haemolytic uraemic syndrome) even in the absence of neurological or renal disease, or both. 
